Previously no functional study has been available for the mechanism of constipation in familial amyloid polyneuropathy (FAP) 
Introduction

Functional gut disorder, e.g., nausea, constipation and diarrhea, is a prominent feature in patients with familial amyloid polyneuropathy (FAP). Like other autonomic disorders such as postural hypotension (that occurs in 75%) (1-3) and genitourinary disorder (30%) (4), gastrointestinal tract (GIT) disorder (33%) had been thought to reflect the autonomic neuropathy in this disease
. However, there have only been limited studies looking into the underlying mechanism of gastric discomfort (5) and diarrhea (6) , and no such study has been available of constipation in FAP, to our knowledge. Here T a b l e 1 . Re s u l t s o f Gu t F u n c t i o n T e s t i n t h e P a t i e n t . S P RCs : S p o n t a n e o u s P h a s i c Re c t a l Co n t r a c t i o n s (Fig. 1A) , endoneurium of the sural nerve (Fig. 1B) , and the heart and bladder intramural nerves; and in blood vessels throughout the body. No lesions of the brain or spinal cord were found.
Discussion
GIT disorder is well known in FAP; which ranges from distention of the stomach, constipation, to severe and prolonged diarrhea and fecal incontinence (1-3) . Acute attacks of colic and vomiting also occur. However, to our knowledge there have only been limited studies looking into the underlying mechanism of gastric discomfort (5) and diarrhea (6) (9, 11, 12) , are likely to reflect the neuronal activities in the mysenteric plexus (cholinergic, serotonergic etc. innervation) (13) (1, 14, 15) . It is also speculated that in amyloid neuropathy, constipation, that was seen in our patient, may reflect decreased gut motility, whereas diarrhea, that was not seen in our patient, may reflect mal-absorption caused by a mucosal lesion.
Conclusion
In a severely constipated patient with FAP, slow CTT, loss of SPRCs, low anal pressures and weak strain were seen. All these abnormalities suggest a peripheral autonomic dysfunction, corresponding to the enteric neuropathy that was confirmed upon autopsy.
